Unlike patients previously reported (Cream et al. 1971 , Katz et al. 1977 ) our patient did not produce a marked arthous-like reaction to streptokinase/streptodornase on skin testing prior to therapy.
Neutrophil chemotactic responsiveness was normal on in vitro testing in our patient, whereas in two patients previously reported (Katz et al. 1977) this was found to be impaired. Our patient showed a slightly greater than normal neutrophil migration and reduced monocyte migration through a skin window; both of these defects and the defective T-cel1 blastogenesis in response to PHA were corrected by dapsone therapy.
Our patient therefore exhibits many features previously reported in erythema elevatum diutinum and also presents the previously unreported abnormalities of an imbalanced neutrophil and monocyte migration and defective T-cel1 blastogenesis. The response to dapsone was characteristic and accompanied by the reversion to normal of the defects of neutrophil and monocyte migration and T-cell blastogenesis.
Bilateral Madelung's disease of the wrist: a familial condition?' John E Nixon MA FRCS Nuffield Orthopaedic Centre, Headington, Oxford One patient with primary Madelung's deformity of both wrists is described. This was not in association with dyschondrosteosis. Examination of the patient's family revealed that 8 out of the 16 maternal1y-re1ated females also had primary Made1ung's deformity, whilst none of the 15 maternally-related males were affected. There were no affected members of the family on the father's side. This appears to be the first report of primary Madelung's deformity as a familial condition.
Case report
Miss SM was 12 years old when she was first referred to the Growth Clinic at the Nuffield Orthopaedic Centre. She had fallen three months previously and was found to have a painful deformed left wrist. An attempt had been made to reduce what was considered to be a traumatic dislocation of the wrist, and the wrist was immobilized in plaster. Radiographs taken at her attendance at the Growth Clinic showed dislocation of the inferior radioulnar joint with bowing of the radius, and a complete fusion of the medial part of the distal radial epiphysis with a degree of angulation of the epiphysis indicating that this deformity must have been present before the fall. Extension of the wrist was absent and all remaining movements were painful. The same. deformity was present on the right side, which had not been injured, and pain was experienced on this side also at the extremes of movement. The patient required support for both wrists with polythene splints to enable her to continue her school work. Both her height and weight fel1 on the 50th percentile for her age. Wedge osteotomies of the distal radius are proposed for this patient in view of the severe pain and functional disability suffered as a result of the deformity (Burrows 1937).
Clinical and radiographic features:
Madelung's deformity presents as a dorsal and ulnar curvature of the radius, with shortening of the radius and resulting prominence of the ulnar head due to dorsal subluxation ( Figure 1 ). The carpus becomes displaced in a volar direction, such that if a patient with Madelung's deformity falls and injures the wrist, a clinician may initial1y (Figure 2 ). Dorsolateral bowing of the distal radius results, and the distal articular surface of the radius comes to face more anteromedially, carrying the carpus with it ( Figure 3 ).
Familial investigations:
Miss SM has one brother who is not affected and 4 sisters, 2 of whom are affected with bilateral Madelung's deformity. The eldest sister has 2 children, a boy aged 5 years and a girl aged 3! years: the girl is affected by Madelung's deformity, while the boy is unaffected. SM's mother is affected by Madelung's deformity, but her father is not. No members of the father's family are affected as far as we could trace, although there was a preponderance of males in the father's side of the family (7 males to only 4 females).
SM's maternal aunt was affected. She married and had one affected daughter. who herself married and had two children -one unaffected son and one affected daughter.
Considering SM's maternal relatives, including SM's mother, there were 16 females and 15 live males. Eight of the females were affected by Madelung's deformity and 8 were unaffected. Not one of the 15 males was affected (Figure 4) . Radiographs of the wrists of the 4 males at risk were taken in an attempt to identify a mild manifestation of the deformity, but all failed to show any abnormality.
Discussion
Madelung's deformity of the wrist was first described in 1878 in a 20-year-old girl. Following a post-mortem dissection, Madelung called the condition 'spontaneous subluxation of the hand'.
In 1938 Anton et al. suggested that Madelung's deformity of the wrist affected males as well as females, but that it was found four times more frequently in females. The deformity has also been described in patients following injuries to Blackburne suggested that when the deformity was present in the' absence of any such predisposing anomalies it was confined to females, and that most of the male patients described by Anton et at. (1938) were in fact suffering not from primary Madelung's deformity but from a deformity due to familial dyschondrosteosis, or from other forms of secondary Madelung's deformities. The study by Golding & Blackburne (1976) of the families of 7 females affected by primary Madelung's deformity suggested that the condition was not inherited.
A dominant mode of transmission has been observed many times in families with Madelung's deformity secondary to dyschondrosteosis (Herdman et al. 1966 , Felman & Kirkpatrick 1970 , but hitherto there has been no evidence to suggest a familial nature to 'primary' Madelung's deformity. In this paper one case history is presented which illustrates a clear familial element to this condition. The pattern of inheritance in the family described is such that all affected individuals had an affected mother, and that exactly half the children of an affected individual were affected (8 out of 16). All 8 were females. There was, however, a shortage of males in the children of affected parents. These can be broken down to 8 out of 12 females affected, and none of 4 males. Both are consistent with the one in two. expected from dominant inheritance unrelated to sex. A systematic study for linkage in this family is currently in progress.
